Treatment andprogress: Although the temperature was already falling she was started on prednisone 60 mg daily. A dramatic clinical improvement occurred. Over the next few months the liver and spleen became impalpable and the liver function tests reverted to normal. She continued prednisone for five months, and has remained well six months after stopping treatment. All investigations are now in the normal range.
Comment
The differential diagnosis of diffuse hepatic granulomata includes tuberculosis, sarcoidosis, various fungal infections (e.g. histoplasmosis), lymphoma, leprosy, syphilis, brucellosis, drug reactions and beryllium. Sarcoidosis was considered to be the probable diagnosis because of the histology, the two negative Mantoux tests, negative cultures for AFB, hyperproteinemia, and the response to steroids. The presentation with severe toxemia and behaviour disturbance with a high fever was an unusual feature.
Marked hepatosplenomegaly and disordered liver function are uncommon in sarcoidosis. However, if liver biopsy is done in cases of sarcoidosis presenting with erythema nodosum, hilar lymphadenopathy with or without lung infiltration, then 50-75 % of cases show granulomata to be present.
So far there have been no further signs of sarcoidosis and no evidence ofportal hypertension in this case. Neurological abnormalities are well recognized in conditions affecting the gut. These are mainly related to vitamin deficiency states, as in the blind loop syndrome following partial gastrectomy or in Crohn's disease. In sprue and coeliac disease, different series give widely differing figures as to the incidence of neurological abnormalities. Cooke & Smith (1966) have presented the clinical and pathological findings in 16 patients with adult cceliac disease and severe neurological complications. On clinical examination, peripheral neuropathy was a feature in almost all these cases. The cranial nerves were normal in all cases except one. Here the patient at one phase of her illness had nystagmus and dissociated eye movements. Five cases out of the 16 had paroxysmal attacks of loss of consciousness. More interesting, and perhaps relevant to the present case, were the findings at post-mortem in the brains of 8 of these patients. Abnormalities were noted in every one of these. Atrophy and focal loss of neurones were noted histologically in 5 cases, and in one other there were two areas of cortical atrophy visible macroscopically. The microscopic changes were present in the cerebral cortex, especially in the deeper layers. Comparable changes were noted in the cerebellum and in the cord in 5 cases. One patient had infarct-like lesions in the hypothalamus. There was no histological evidence that these lesions were the result of arterial degenerative disease. It appeared that they were the result of proliferative changes in the vascular endothelium. This was noted in 2 other cases as well, but unassociated with necrosis or degeneration.
Cerebral Lesion in an Adult
Vasculitis has been described in association with cceliac disease by Doe et al. (1972) who reported 4 cases, in each of whom cryoglobulins were present. It was thought that these were deposited in the vessel wall and caused the vasculitis. No cryoglobulins were found in our patient.
It is well recognized that patients with migraine may experience unilateral limb symptoms; a third of patients are said to be affected in this way at some time and there may also be associated speech difficulty. Bradshaw & Parsons (1965) reviewed 76 such cases. All had sensory as well as motor symptoms, and the hand was affected in every case. In almost all cases the symptoms were simultaneous with severe hemicrania. In one case pain was absent but the patient experienced typical fortification spectra.
Conclhsion
This young patient, with a history of migraine since the age of 14, developed adult coeliac disease. At the time when her symptoms had become bad enough to bring her to hospital she developed an acute cerebrovascular lesion, an uncommon event at this age.
Post-mortem studies have shown the presence of focal lesions in the brains of patients dying of coeliac disease. Apart from attacks of loss of consciousness, symptoms which could be ascribed to such lesions have not been noted in life. Here is a patient with adult coeliac disease who develops focal neurological signs. I would like to suggest that these could well be related to such a cerebral lesion. Dr S B Karani (St Nicholas Hospital, London SE18) said that he doubted very much if the cerebral vascular episode and adult cceliac disease from which this patient evidently suffered were necessarily connected.
He wondered if the cerebral vascular incident had been due to cerebral vascular malformation, especially as the patient gave a history of migraine since the age of 14. The cerebral vascular episode should be investigated as a separate episode, especially as the EEG was reported as abnormal.
Dr M L Clark said that a number of neurological lesions had been described in cceliac disease but nothing similar to this had previously been reported. It should be remembered that cceliac disease was very common (approximately 1 in 4000 of the normal population) and therefore the association with a cerebral lesion could be coincidental. Mrs M H, aged 62, is remarkable for the range of major diseases from which she has suffered in the last twenty years. In the early 1950s, she had pulmonary tuberculosis and also underwent hystero-salpingo-oophorectomy for a tuberculous pyosalpinx. In 1963, she underwent a laparotomy for alimentary complaints: the operation consisted of bypasses of thickened segments of small intestine, thought clinically to be tuberculous but without histological confirmation. A pelvic lymph node showed a caseating granulomatous inflammation characteristic of tuberculosis but acidalcohol-fast bacilli were not demonstrated. Antituberculous triple therapy was given.
In 1971 she was first seen at Northwick Park Hospital, when an abdominoperineal resection of rectum was done to remove a large villous papilloma of the rectum. Histological examination of the resected specimen showed a focus of adenocarcinomatous change with invasion through the muscularis into submucosa.
After a stormy convalescence she remained well until one year later when she developed a vaginal discharge of faces. At laparotomy, a fistula was found between the vaginal stump and the terminal ileum, which was cedematous, thickened and inflamed. An extended right hemicolectomy was
